Dear Editor,

Dermatitis herpetiformis is a pruritic, blistering skin disease affecting the extensor surface of the limbs, the buttocks and lower back. The autoantigen involved is transglutaminase-3, an enzyme of epidermis.^[@r1]^ The diagnosis is confirmed by direct immunofluorescence of perilesional skin, with a pathognomonic pattern of granular IgA deposits in papillary dermis, with a false-negative rate of 5%.

Dermatitis herpetiformis and coeliac disease, both on the gluten intolerance spectrum, share immunomediation by IgA autoantibodies. About 75% of dermatitis herpetiformis patients show villous atrophy, identical to that observed in coeliac disease.^[@r2]^ Further supporting evidence includes, namely, the resolution of skin lesions after starting gluten-free diet, even if small bowel mucosa is normal; the detection of circulating transglutaminase-3 antibodies in both patient populations; and the finding of subclinical inflammation of small bowel mucosa in dermatitis herpetiformis patients, convincingly link the two conditions. We can therefore state that dermatitis herpetiformis is not just an associated condition, like some autoimmune diseases, but is in fact the cutaneous manifestation of coeliac disease.^[@r3]^

A 17-year-old adolescent, with no past medical history, presented to our department with itchy papulovesicles and excoriations on the elbows, knees and buttocks, occurring for the past 3 months ([Figures 1](#f1){ref-type="fig"} and [2](#f2){ref-type="fig"}). He denied any abdominal symptoms, weight loss, delayed puberty, chronic fatigue or symptoms attributable to aphthous stomatitis. No family history of gastrointestinal disease in first degree relatives was elicited. He had previously been treated with oral antibiotics, several antifungal creams and topical corticosteroids. Initial laboratory analyses were normal, including complete blood count, thyroid function and serum immunofixation and liver biochemistry. At the first visit, a skin biopsy was performed, and skin scrapings were obtained to test of fungal infection, as the main differential was tinea incognito secondary to topical corticosteroids use.

Figure 1Dermatitis herpetiformis. Papules, vesicles and excoria tions on the knee

Figure 2Dermatitis herpetiformis. Papules, vesicles and excoria tions on the elbow

The fungal culture isolated *Microsporum audouinii,* so a trial of oral itraconazole and benzyl benzoate lotion was administered. The patient reported a brief improvement of the skin lesions and the pruritus. A second skin biopsy was obtained for histopathologic and direct immunofluorescence examinations, documenting neutrophilic abscesses in the dermal papillae and granular deposition of IgA within the dermal papillae of the perilesional skin specimen, confirming the main differential diagnosis of dermatitis herpetiformis at this stage ([Figure 3](#f3){ref-type="fig"}).

Figure 3Small neutrophilic abscesses in dermal papillae and der mo-epidermal clefts overlying the abscesses. (Hematoxylin & eosin, x100)

Further investigation documented positivity for IgA antibodies to endomysium and tissue transglutaminase. Genetic analysis of peripheral blood sample confirmed the HLA-DQ2 haplotype. The patient was started on gluten-free diet and oral dapsone, after determining the levels of glucose-6-phosphate dehydrogenase, with a steady improvement in pruritus and regression of the cutaneous lesions after several weeks of treatment.

Dermatitis herpetiformis in childhood seems to be rare, with only 4% reported in a Finnish study.^[@r4]^

Although dermatitis herpetiformis is regarded as the cutaneous manifestation of gluten hypersensitivity spectrum, most patients either do not report it or report only minor gastrointestinal symptoms; in fact, iron deficiency anemia or pernicious anemia could constitute the only manifestation of coeliac disease in these patients.

The diagnostic algorithm for coeliac disease in children and adolescents varies according to symptoms or signs suggestive of coeliac disease, namely, chronic diarrhea, failure to thrive unexplained by other causes, weight loss, delayed puberty, nausea and/or vomiting, amenorrhea, abdominal cramping and/or pain, chronic constipation, fatigue, recurrent aphthous stomatitis, fractures with minimal trauma, osteopenia/osteoporosis and liver chemistry abnormalities.

The diagnosis in these patients may be established without performing an intestinal biopsy if first-line serologic marker levels (e.g., IgA to tissue transglutaminase, total IgA and IgG to gliadine) are sufficiently elevated.^[@r5]^ If the IgA antibodies to tissue transglutaminase are at least 10x the upper normal level, one can proceed to detect IgA class antibodies to endomysium and perform a molecular test for coeliac disease (identifying one of the haplotypes associated with coeliac disease, HLA-DQ2 or DQ8); if both are positive, then the diagnosis is confirmed.

Virtually all patients with coeliac disease or dermatitis herpetiformis have one of these two haplotypes. Its importance derives from the fact that negative results could exclude the diagnosis.

Gluten avoidance is essential for the healing of intestinal mucosa and symptom relief in coeliac disease patients. While the gastrointestinal symptoms take a few weeks to disappear, the itchy skin lesions in dermatitis herpetiformis could take months or years to regress. Consequently, most patients are also treated with dapsone, which is useful in relieving dermatological symptoms but has no effect on gastrointestinal inflammation.

This report emphasizes the need for a careful workup and a high degree of suspicion when evaluating itchy dermatosis in children or adolescents with no gastrointestinal symptoms.

Study conducted at the Hospital Garcia de Orta, Almada, Portugal.
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